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Congenital atresia is said to occur in one in 330 to 20,000 live
births, and colonic atresia is said to account for 1.8% to 15% of
these.1 Imperforate anus is one of the most common forms of
major congenital anomalies. The incidence of anorectal anoma-
lies is approximately 1:5,000 live births;2 associated anomalies
are also observed in 20% to more than 70% of all cases.3 Almost
every body system has been reported to be involved in associa-
tion with anorectal malformations. However, the association
of imperforate anus with colonic atresia is extremely rare.
Here, we present such a case and review six other cases pre-
viously reported in Japan.4–11
Case report
A female of 41 weeks’ gestation and weighing 2,810 g was
admitted to the neonatal intensive care unit of Fukuoka Child-
ren’s Hospital shortly after birth by spontaneous normal
vaginal delivery. The mother had an uneventful pregnancy
without polyhydramnios. The Apgar scores were 10 (at 1
minute) and 10 (at 5 minutes). The baby had imperforate anus
without a fistula and polysyndactyly of the left fourth and fifth
toes. An invertogram performed on the first day showed that
the terminal gas shadow did not reach the pubococcygeal (PC)
line (Figure 1). During laparotomy via a transverse incision,
any other alimentary obstructions were sought. Thereafter,
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atresia of the sigmoid colon and ileal stenosis were noted
(Figure 2). After a longitudinal incision was made at the ileal
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stenosis, the vertical incision was closed transversely. A dou-
ble-barrelled sigmoid colostomy was used to repair the colonic
atresia.
After the first operation, a colostogram obtained by inject-
ing contrast into the distal colostomy loop showed that the
terminal bowel was between the ischial (I) and PC lines, with-
out fistula, thus indicating an intermediate anomaly (Figure
3). When the patient was 5 months old, she underwent
abdominosacral anorectoplasty and closure of the sigmoid
colostomy; ascending colostomy was also performed. At
9 months of age, the colostomy was closed.
Discussion
Colonic atresia is an extremely rare condition. Over a 5-year
period in the Kyushu area of Japan, six colonic atresia
cases (4.1%) were noted in 145 cases of congenital intestinal
atresia.12 Five of these cases were associated with other anoma-
lies (such as hydronephrosis, vesicoureteral reflux, imperfo-
rate anus, and VATER complex).
Almost every system of the body has been reported to be
found in association with anorectal deformities (e.g. cardiac
malformations, cleft lip and palate, duodenal atresia, limb
deformities). Among 1,992 Japanese patients, 900 (45.2%) had
one or more associated anomalies, accounting for 1,483
involved organs or systems. The genitourinary system was
affected in 425 of these patients, the vertebral system in 22, the
alimentary system in 183, the cardiac system in 254, and others
such as the musculoskeletal or central nervous systems or
chromosomes in 397.13 However, only two of 246 patients
reviewed by Freeman demonstrated an anorectal malforma-
tion associated with an absent colon.2 Tsunoda and Yamamoto
Figure 2. Operative confirmation of sigmoid colonic atresia demonstrates the transition from a proximal distended bowel to: A) a smaller
diameter distal bowel and B) ileal stenosis.
Figure 3. Colostogram showing the terminal bowel between the
ischial (I) line and the pubococcygeal (PC) line without fistula.
PC line
I line
reported 11 intestinal atresia cases among 250 patients with
anorectal malformations. However, none of them included
colonic atresia.14 Therefore, the association of imperforate
anus with colonic atresia is extremely rare. We observed one
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such case and found six other cases previously reported in
Japan (Table).4–11
We previously presented a case of an anorectal malforma-
tion with ileal atresia.15 Our findings indicate the importance
of examining the entire alimentary tract in order to exclude the
possibility of other alimentary obstructions when an
invertogram shows a terminal bowel gas shadow that does not
reach the PC line. Therefore, in the present case, we searched
for other alimentary tract obstructions at the first laparotomy,
thereby avoiding a misdiagnosis regarding the type of anorec-
tal malformation.
Three deaths were reported among seven patients with
both imperforate anus and colonic atresia in Japan, a survival
rate of 57.1%. One death occurred due to sepsis,5 while
another patient had an infection, bleeding tendency and
malnutrition.9 The last patient died accidentally after being
discharged from the hospital.6,7 In a review by Saeki et al,
survival rates were 67% for colonic atresia and 29% for multi-
ple colonic atresia.7 In the Japanese cases, all patients who
died had either widespread or multiple colonic atresia. The
cause of such a high mortality rate is the loss of an extensive
length of the colon. Therefore, the length of resected colon
should be as short as possible.
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Table. Cases of anorectal malformation with colonic atresia reported in Japan
Sex Birth Site of colonic Grosfeld Classification of Associated anomalies Outcome
weight (g) atresia classification of atresia ani
colonic atresia
F Descending II Covered anus Alive
complete (low type)
M III High type Agenesis of left hemicolon, Dead
Meckel’s diverticulum,
undescended testes
M 2,650 Ascending IV High type Diverticulum (duodenum, ileum) Dead
M 2,100 III High type Agenesis of subtotal colon Alive
M 2,000 Multiple IV Duodenal atresia, malrotation Dead
F Sigmoid I Low type Alive
F 2,810 Sigmoid II Anal agenesis Ileal stenosis Alive
without fistula
(intermediate type)
